WILSON, M.R.C.P. Dr. WILSON: The patient is a widow, aged 64. Four months ago the backs of her hands began to itch. After a few days a rash developed and spread to the arms, face, scalp and trunk. Originally patchy, in a few weeks it became universal and has remained so. Her general health has remained good. She had scarlet fever in childhood. She has had eczema of the face, chest and arms off and on since infancy but never previously universal. Epileptic, but no fits for many years. Her mother died at age 27. Her father died at 57 (cerebral tumour). There are no siblings. The patient has two children alive and well.
On examination generalized exfoliative dermatitis was found with profuse scaling, particularly over the legs; skin comparatively pale elsewhere; diffuse hair loss with some regrowth; dystrophy of all nails; tongue smooth; moderate universal lymphadenopathy. No abnormality was found on general examination. Liver and spleen not palpable. Blood count (September 22, 1953) : R.B.C. 3,420,000; Hb 7 25 grammes % (49 %); C.I. 0-7; W.B.C. 55,000, neutrophils 8, eosinophils 9, lymphocytes 29, lymphoblasts 2, smear cells 51 %; 1 nucleated red cell. Sternal marrow (October 1, 1953) : a cellular marrow showing lymphatic leukxmia. Serum proteins (January 18, 1954): total protein 5 0 grammes %, albumin 2-9 grammes %, globulin 2-1 grammes %, A/G ratio 1A4/1. Skin biopsy shows a general thinning of the prickle-cell layer although some interpapillary processes are enlarged. There is a marked dyskeratosis with a very thin layer of keratin-In the dermis the capillaries are engorged and there are patches of sub-epithelial and perivascular infiltrate, mainly of lymphocytic type with macrophages and an excess of melanophores.
Lymph gland biopsy (cervical gland).-Almost complete loss of normal architecture, gland being filled by a solid mass of small lymphocytes.
Discussion.-Although it is well known that exfoliative dermatitis may be associated with lymphatic leukemia, I believe that these cases are very rare. Montgomery (1933) found 18 examples of various reticuloses among 73 cases of exfoliative dermatitis. In a series of 50 patients.with this disorder I found only 4 reticuloses including one leukemia. Widow, aged 84. Six years ago she developed a generalized itching and scaling rash which has persisted ever since. In May 1951 she was admitted to Paddington Hospital for an injury complicating an osteo-arthritis of the spine. In August 1951 she was readmitted after a cerebral thrombosis and remaind in hospital for six weeks. During this time the skin remained unchanged. In 1953 the rash became-more severe. There has been no change in the condition since then. Her general health has remained good and her appetite is keen.
She gave a history of hysterectomy and oophorectomy for menorrhagia forty years ago. The family history was that the father died aged 43, of pulmonary tuberculosis; the mother died aged 53 of heart trouble; 4 brothers and 2 sisters died of tuberculosis; 1 sister died of heart disease and 2 children are alive and well. On examination the skin was red, scaling and pigmented. There was slight dystrophy of finger and toenails and gross generalized lymphadenopathy. There was left facial weakness. She was edentulous. The tongue red and smooth. Chest normal. B.P. 195/105. Liver and spleen not palpable.
Discussion.-The presence of giant mononuclear cells has been reported in blood films from 5 previous cases of exfoliative dermatitis (Baccaredda, 1939; Sezary, 1949; Wilson and Fielding, 1953) . Some of these patients have had mucosal involvement, gross cedema of the face and abdominal wall and hepatoand splenomegaly. These clinical features have not been constant and there is insufficient evidence to regard the condition as a reticulosis or even a separate clinical entity. Many more cases of exfoliative dermatitis will have to be examined before we can say whether the mononuclear cells are common or not.
Dr. FIELDING:
In the peripheral blood this case shows a high proportion of mononuclear cells with characters distinguishing them from the known blood cells and their precursors. We have now seen 2 cases with similar appearances. The peripheral blood shows a constant mild anemia Hb 60-70 %; R.B.C. 3 to 4 million per c.mm.; no nucleated red cells have been seen at any time; W.B.C. have varied between 12,000 and 22,000 per c.mm. The absolute number of polymorphs is in the normal range; the leucocytosis is due to many atypical mononuclear cells in the peripheral blood. Sternal marrow puncture reveals no definite infiltration; skin biopsy shows a sharply defined infiltration of the corium with large mononuclear cells similar to those in the peripheral blood; biopsy of a superficial lymph gland has shown the non-specific changes of so-called lipomelanic reticulosis. There is, at present, no evidence of infiltration affecting any organ other than the skin.
This new cell type assumes two main forms with all intermediate forms between. The first form, which predominated in our previously reported case, is a very large irregular cell 40-S50 , in diameter. The cytoplasm is tenuous, vacuolated with irregular pseudopodial processes and resembles a histiocytic reticulum cell. The nucleus is rounded and convoluted in a characteristic way, sometimes showing indistinct nucleoli. The second form, which predominates in the present case, is rounded and smaller, about 15-25 H in diameter, with a hazy and vacuolated cytoplasm and the same convoluted nucleus. It bears a superficial resemblance to the lymphocyte series. This second form was described by Sezary.
Many binucleated cells of this type are seen and an occasional mitosis has been observed in the peripheral blood.
In our first case of this condition these cells were few in number at most examinations, about 1 % to 2% of the nucleated cells, but we saw two episodes in which showers of cells entered the blood stream and the proportion of abnormals rose to 17% to 20%. This intermittent flooding of the peripheral blood is also mentioned by Sezary. At every examination in the present case these cells have accounted for 50 % or more of the nucleated cells.
We believe that this type of case is probably common amongst exfoliatives and requires further study including post-mortem examination.
We are indebted to Dr. J. E. M. Wigley for permission to present these cases.
